Proceedings of the Royal Sociey of Medicine 6 Comment.-In this unusual case of peripheral vascular disease in a child there was no evidence of any congenital anomaly. There was no history of physical or chemical trauma, ergot, lead or other poisoning, or of preceding infection. There were no signs of diabetes mellitus or cause of multiple embolism. The absence of hypertension, arterial calcification on X-ray and renal involvement is against the diagnosis of arteriosclerosis. Raynaud's disease usually affects the upper limbs and gives rise to attacks of pallor and cyanosis of the digits on exposure to cold or on excitement. There is no history of such attacks in this child and the arterial abnormality is constantly present. Periarteritis nodosa is an unlikely diagnosis in view of the absence of fever, skin rash, palpable subcutaneous nodules along the blood vessels, absence of renal involvement, leucocytosis and eosinophilia, and lastly absence of peripheral nerve involvement. Pink disease is occasionally associated with gangrene of an extremity and has been described in older children, but there were no signs of this disease in this child. Thrombo-angiitis obliterans remains a possible diagnosis. One case in a child of 2 years in which both legs were involved with gangrene, came to post-mortem and was described by Cahill, J. A., Jr. R. M., male, aged 22 months. Developed ulceration of face and scalp on second day of life, spreading to trunk and thighs by 6 weeks of age; successive crops of these ulcers appeared until the age of 14 months. Lesions started as tiny raised transparent papules, then ulcerated within a few hours with formation of 'scabs which healed spontaneously within two to three weeks. These lesions have now disappeared but since 10 months of age larger persistent areas of ulceration have appeared in the axillB and groins ( Fig. 1 ), together with thickening and abundant granulation tissue around the anal margin. UJlcers are large and indolent with red hypertrophic edges and a base formed of yellow slough, resembling a condyloma. No spontaneous healing, but marked improvement following radiotherapy.
(Total dosage 500 r to each lesion spread over two weeks.) There was also.a secondary infection of the ulcers with Staph. aureus, controlled by oral chloramphenicol. No constitutional reaction, afebrile, and has always gained weight normally. An only child with normal family history. No adenopathy, splenomegaly, anemia or radiological evidence of bone involvement.
Investigations.-Hb 78%; W.B.C. 9,600 (polys. 65-5%, lymphos. 26-5%, monos. 5'5%, eosinos.
2-5 %). E.S.R. 12 mm. in first hour (Wintrobe). Mantoux 1: 100 negative. W.R. and Kahn negative. Serum proteins 6 5 grammes% (albumin 4-6 grammes%, globulin 1 9 grammes%, A/G ratio 2-4: 1). Serum cholesterol 154 mg. %. Serum cholesterol ester 107 mg. %.
Skin biopsy (aged 20 months) showed an acanthotic epidermis overlying an area ofcellular infiltration (Fig. 2) which was free from collagen and elastic tissue, but was pervaded by a meshwork of reticulum fibres (Fig. 3) and surrounded by numerous blood vessels. This pleomorphic infiltrate consisted of large mononuclear cells, giant cells (Fig. 4) , lymphocytes, small round cells with deeply eosinophilic cytoplasm and scanty plasma cells. The small round cells when stained with Sudan black were found to contain a lipoid which was not neutral fat or cholesterol but gave a PAS-positive reaction suggestive of a phospholipid.
Comment.-The slow and remitting clinical course, biopsy findings and good response to radiotherapy in the present case confirm the diagnosis of eosinophilic granuloma of the skin of which Lever (1949) recognizes three types:
(a) Eosinophilic granuloma of skin associated with typical skeletal involvement, of which four cases have been described, all in infancy or childhood (Curtis and Cawley, 1947; McCreary, 1948; Pinkus et al., 1949; Lever and Leeper, 1950) .
(b) Eosinophilic granuloma of skin occurring in adults as solitary plaque-like lesions in the face with no bone involvement.
(c) A heterogeneous group of skin granulomata from various other causes which later may become infiltrated with eosinophils. This group includes pyogenic granulomata, tuberculides, and generalized diseases such as lymphadenoma and periarteritis nodosa.
The appearance, histology, and cause of the skin lesions in the present case closely resemble that of group (a) but there is, as yet, no bone involvement. The basic condition is a lipoid histiocytosis, with a similar underlying pathology to eosinophilic granuloma of bone, Letterer-Siwe's disease and Hand-Schuller-Christian disease, the common pathological nature of which was established by Jaffe and Lichtenstein (1944) . Various skin lesions are described in this group of diseases, but one form merges frequently into another, as may happen with the other manifestations.
(1) Skin involvements occur in about half the cases of Hand-Schukller-Christian disease, which classlElly also shows a triad ofexophthalmos, granulomatous defects in the skull and diabetes insipidus, with usually a benign course. The skin manifestations may take the form of generalized pigmentation or bronzing, but more often there is xanthoma disseminatum, or lesions characterized by numerous small red papules over trunk and limbs covered by greasy scales or crusts, resembling seborrhceic dermatitis but sometimes showing a petechial centre. infiltrate. x H.P.
(2) In Letterer-Siwe disease, the most severe form of the three, occurring in infancy or early childhood with adenopathy, hepatosplenomegaly, aiixemia and bone granulomata, there is nearly always skin involvement. This is usually a generalized haxmorrhagic rash with petechke on a papular background which may later ulcerate. Histologically the skin shows a reticulum containing histiocytes and eosinophils, occurring usually without lipidization as the process is so acute.
(3) In eosinophilic granuloma of bone, skin involvement is rare and in the fea reported cases consists of crops of papules which soon become granulomatous plaques and later ulcerate, corresponding closely to those found in the present case, in which the possibility of later bone involvement is by no means ruled out.
